A rare case of giant intra and parasellar chordoma, mimicking a pituitary prolactinoma is presented. The tumor involving pituitary fossa and surrounding structures was removed via a bifrontal approach. The pathology exhibited the typical histological patterns of a chordoma. The authors present a rare case of a giant sellar and parasellar chordoma and review the literature on that.
Introduction
Chordomas represent 1% of all malignant bone tumors and 0.1 to 0.2% of intracranial neoplasms (6, 7) . In Romania, the Pathology Department of the Bucharest Oncologic Institute has reported a low frequency for chordoma 0.12%. These embrionary tumors, first described by Luschka in 1856 are rare, slow-growing neoplasms with maligne potential, that arise from cell rests, particularly of the proximal and distal extremes of the notochord, characterized by osseous permeation, high local recurrence, local invasiveness (4) (5) (6) (7) (8) (9) (10) (11) (12) (13) (14) . Their metastatic potential cannot be estimated by histological examination, except in cases of sarcomatous transformation (10) . The most common site are: 50% in the sacrococcygeal regionmean age 50 years, especially to men, 35% in the base of skull -in the midline, especially to childs or young adults; 15% in vertebrae (7) . Large, intra et parasellar chordomas resembling a pituitary prolactinoma are rare (12) .
Case presentation
A 64 year old woman, without pathological antecedents, was admitted in our department for headache, progressive decrease of visual acuity of right eye, double vision instaled over the past 2 months. On general and neurological examination we found decrease of visual acuity of right eye: VOD = 2/3 without corection, VOS = 1, the external rotation of the right eyeball was not possible, visual field examination disclosed bitemporal hemianopsia; fundus oculi: plane, well contured papila, with tortous and dilated veins, thin arteries, macula without reflex on right eye; the light reflex of both pupils in direct & indirect responses was normal. No endocrinopathy was noted but serum pituitary hormone levels revelead high prolactin levels: 84 ng/ml, reference value 2. (1-3, 6, 8, 10) .
The imaging method of choice are MRI, also CT -scan with contrast and thin slices for reconstructions (7) . A sellar chordoma CT scan may reveal a contrast-enhancing intrasellar mass with bony erosions and calcifications well demonstrated in bone window images (11, 15) .
In general surgery should be complete, the capsular tumoral adhesions to chiasma or another nervous structure made this purpose sometimes impossible and postoperative irradiation are recommended despite inconclusive data (7, 10, 12) .
The immunohistologic profile of chordoma cells is reactivity to cytokeratins, vimentin, and epithelial membrane (1-3, 7, 9) . The only known prognostic study published in 1993 estimated overall survival rates of 51% and 35% at 10 and 20 years, respectively (6) . Differential diagnosis should be made with other large sellar and suprasellar tumor mass as pituitary adenomas, especially if a calcified intrasellar tumor with bone erosion is diagnosed; chondroid chordoma, chondrosarcoma with mucoid intercellular substance containing calcifications (5, 7, 14) .
Conclusion
Chordomas are midline slow-growing tumors that arise from proximal and distal extreme remnants of the notochord, are locally invasive, may metastasize and are characterized by local recurrence. These tumor can mimick a pituitary adenomas, especially if a calcified intrasellar tumor with bone erosion is diagnosed. A grosstotal resection followed by radiotherapy, has been the accepted treatment for sellar chordomas.
